The epithelioid hemangioma, also called angiolymphoid hyperplasia with eosinophilia, is a rare benign vascular tumor that manifests as nodules. Histopathological examination shows vascular spaces of various sizes lined by prominent endothelium, and inflammatory infiltrates composed of eosinophils, histiocytes, mast cells and lymphocytes. We report a case of epithelioid hemangioma characterized by skin lesion in the left upper limb. This is an unusual location, since the lesions occur most often in the head and neck.
intRoDuCtion
The epithelioid hemangioma, also called angiolymphoid hyperplasia with eosinophilia, due to its histopathological characteristics, is a rare benign vascular tumor, first described by Wells and Whimster, in 1969 (1) . It is more common in adult females over 30 years old (2) . Until recently it was confused with Kimura's disease; their designations were even considered synonymous (3) . Both disorders cause nodular lesions in head and neck, but in Kimura's disease, there are subcutaneous nodules without skin color changes, and although there is also lymphoid and vascular proliferation with eosinophilia, it does not present epithelioid endothelial cells (4) (5) (6) .
In spite the unknown pathogenesis of epithelioid hemangioma, reports suggest the involvement of arteriovenous shunts (7) . There are cases associated to traumas, infections, oral contraceptives or pregnancy. It remains uncertain whether the lesion is neoplastic or reactive in nature (8) .
The cutaneous lesions consist of atypical and inflammatory vascular proliferations that affect the hypodermis or the dermis. They manifest clinically as papules or nodules, of angiomatoid aspect, with variable color, from red to brown, single or numerous, measuring around 1 cm, possibly reaching 5 cm to 10 cm when affecting the hypodermis. They are usually asymptomatic, but may be painful and pulsating. Spontaneous bleeding is reported in some cases. They can arise in any region, but are generally located in the head and neck (85% of the cases), principally in the frontal region, the scalp and around the ear, besides extremities, especially fingers. They are less frequently described in the trunk, vulva, and penis. The lesions may be associated with regional lymphadenopathy and peripheral eosinophilia (20% of the cases). The subcutaneous lesions resemble lymph nodes (2, (6) (7) (8) (9) (10) (11) .
The histopathological exam reveals vascular spaces of varying sizes, lined by endothelial cells, and a mixed inflammatory infiltrate, containing eosinophils (6, 8, 11, 12) .
The treatment of choice is the surgical excision, which effects the complete cure in a large part of the cases. Other options are: intralesional corticosteroid, radiotherapy, laser treatment (argon, carbon dioxide [CO 2 ] and neodymiumdoped yttrium aluminum garnet [Nd:YAG]), cryotherapy and oral retinoids. Spontaneous regression is reported in some cases. Recurrence is common, in up to two-thirds of cases; there is no report of malignant transformation, and the evolution of the deep presentation is less predictable (7, 8, 13) . The tumor may be seen in individuals infected by the human immunodeficiency virus (HIV) (14) .
The present work reports the case of a patient who developed a cutaneous nodule on the upper left limb, which was diagnosed as hemangioma epithelioid at the histopathological exam. It also presents a literature review about the characteristics of this disease.
CaSE REPoRt
A 46-year-old white female presented with a one-year history of a mildly-painful slow-growing nodule on the upper left limb. In the dermatologic exam, a nodule of around 3 cm was observed, located in the dorsal surface of the upper left limb, in the transition zone between arm and forearm, slightly purple with a more violaceous center, soft in consistency and depressible (Figures 1 and 2) . The clinical hypotheses of hemangioma, lipoma, angiolipoma and ruptured sebaceous cyst were formulated, and the surgical exploration was conducted, in which a bloody content was observed. Material was collected for histopathological examination, which grossly revealed an irregular fragment of cyst wall, measuring 1 × 0.5 cm, with a smooth surface and elastic consistency. Microscopic examination confirmed the presence of a hyperplastic lesion, composed of the proliferation of blood vessels lined by endothelial cells, delimited by histiocytic cell forms, sometimes with epithelioid aspect. The vessels contained red globules; some exhibited papillary hyperplasia in the lumen (Figures 3, 4, and 5 ). There were no signs of malignancy. Immunohistochemically the neoplasm was negative for pan-cytokeratins (AE1/AE2), but it was positive for vascular markers cluster of differentiation 31 (CD31) and cluster of differentiation 34 (CD34) (Figures 6 and 7) , confirming the diagnosis of epithelioid hemangioma. 
DiSCuSSion
The cutaneous epithelioid hemangioma is a benign vascular tumor, of mesenchymal origin, with no systemic involvement, which may be differentiated from lesions of similar aspects, such as lipoma, cylindroma, sebaceous and epidermoid cyst, lymphocytoma, insect bite reaction, vaccines, sarcoidosis, dermatofibroma, pyogenic granuloma, and Kimura's disease, among others. The histopathological exam is the only one that can establish the definite diagnosis of this condition. Currently, the epithelioid hemangioma is considered part of a spectrum of vascular lesions with epithelioid characteristics, including epithelioid hemangioendothelioma and epithelioid angiosarcoma (11) (12) (13) .
Among its findings, it is interesting to highlight the identification of two basic components: vascular and cellular. The vascular component is made of well-formed but generally immature dilated capillaries, lobular in appearance, with noticeable multiplication of the endothelial cells that present epithelioid aspect, that is, big cells with evident nucleoli and abundant eosinophilic cytoplasm. The cellular component, superficial and deep, is composed of infiltrate predominantly of lymphocytes, histiocytes and eosinophils, sometimes plasmocytes and mastocytes (6, (8) (9) (10) (11) (12) .
In the immunohistochemical reaction, the epithelioid hemangioma is positive for CD31, CD34 and factor VIII-related antigen; and negative for keratins and epithelial membrane antigens (15) . 
REfEREnCES
In this case, the uncommon location in the skin of the upper limb stands out, once the frequent involved sites are generally head and neck, what made it even more difficult to suspect epithelioid hemangioma.
Although epithelioid hemangioma is a rare disease, knowledge about it is relevant and of great importance since some of its characteristics are similar to those of malignant conditions, and because reports about this theme are scarce in the literature.
